AS was first described by Livingston and Klemperer in 1926. [3] It accounts for less than 1% of head and neck malignancies. [1] Several predisposing factors for AS have been suggested, including chronic lymphedema, irradiation, exposure to chemical carcinogens, immunosupression in transplant patients, and increasing age. Clinical presentation of AS is variable. [2] Because of its rarity and relative benign appearance clinically, this entity is diagnosed late and patients usually have advanced disease at the time of presentation.
On histopathology, the characteristic feature of AS are variable; low grade AS is a well-differentiated tumor that retains some of the functional and morphological features of normal vascular endothelium, whereas poorly differentiated AS shows sheets of pleomorphic cells with distorted architecture, markedly pleomorphic nuclei, and brisk mitosis, making it difficult to distinguish from melanoma or carcinoma. [2] On immunohistochemistry, AS are positive for CD31, CD34, and factor VIII antigen, and lack expression of pancytokeratin and HMB45. Both low grade and poorly-differentiated AS show rapid and invasive growth involving the dermis and deep structures. [2] AS has a tendency to metastasize by lymphatics or hematogenous route. Distant metastases may occur in up to 50% of the cases, the lung being the most common site followed by liver. [3, 4] Optimal treatment for AS is still not defined owing to limited cases being reported. Wide local excision of the lesion with histologically negative margins is the goal of the surgery. Radiotherapy is generally indicated postsurgery to improve survival rates. [4] However, multifocal and unresectable lesions require combined chemo-radiotherapy. Tumor size (>10 cm), histologic grade, and multifocality are some of the prognostic factors related to relapse. Depending on the modality of treatment, local recurrence have been observed in 35-86% of patients, therefore, lifelong follow up is advised. [2] b 
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